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MykoBucuuao3 (MB, kucrodHbiii @uopo3, cystic fibrosis)- 5T0 TI€HETHUYECKOE
3a00JICBAaHHE, KOTOPOE IMPOBOLIMPYET IMOPAKCHUE KEJIC3 BHEIIHEW CEKPEIUH, YTO IIPUBOIMUT K

IUC(YHKIIMHU OPraHOB AbIXaHUS U IHUIICBAPCHUSL.

MykoBHCLIA03 OOBIYHO JMArHOCTHUPYETCS y ICTEHU 0 ABYX JIET, Yallle BCEr0 — Ha MEPBbIX

HENEIAX KU3HMU.

bone3np  BeBBIBalOT MyTanun B reHe CFTR  (TpaHCMEMOpaHHBIM — PETYIISITOP
MYKOBHCIIH1034).

MyKoBUCUMA03 340pPOBbIE NNEerkue

Pucynok 1. Miumroctpanus a€rkux ¢ MB 1 3110pOBBIX JIETKUX



SIBnsgercsa HamOoJiee YacTbIM HACJICACTBCHHBIM AYTOCOMHO-PCOCCCHUBHBIM MOHOI'CHHBIM

3a00JICBAHUEM CPEJIM JIHLL OCJION pachl.

[Io nmaHHBIM TeHETHYECKOM Jaboparopuu Akaaemuun Hayk Pecnyonuku — bemapycs,
3a00JIcBaeMOCTh MyKOBHUCLII030M B Pb cocraBmser — 1:8000 HOBOpoOXkAcHHBIX. 10 JaHHEIM
BO3, HOCHTEIIMH I'eHa MYKOBHCIMI03a SBISIIOTCA OT 2% H0 5% HaceaeHus ILUIAHETHI; B
PecnyOiuke bejsiapych HocHUTEeIeM TeHa 3a001€BaHUS SBISCTCA KAaKIAbIA SO-1 KU TEJIb.

C 2019 roga B Pb B0300HOBI€H HEOHATaIbHBIM CKpMHUHT MB.



ITo ganabeIM Ha 2025 rox, B Pecryonuke benapych 3aperucTpupoBaHO

156 neren u 76 B3pOCIbIX MALUEHTOB ¢ MYKOBUCLIAI030M.

M3-3a BA3KOCTH CEKpeTa KEJIC3UCThIX KIETOK y IanueHroB ¢ MB dyacto

BCTPEYACTCS:

[UJIMapHast JUCKUHE3US,

XPOHUYECKHE BOCHAIMTEIBHBIE IPOLECCHl B JIETKUX,

3K30KPHUHHAs HEJIOCTATOYHOCTh MOKEITYIOYHOM KEIIE3HhI,

renarooMjMapHasl MaToJorus W aHOMAaJIbHO  BBICOKOE  COACPIKaHHUE
3JIEKTPOJIUTOB B IIOTE,

a TAKXKE K 3aTPYIHCHUIO JIPCHUPOBAHMS IIOJOCTH HOCA M OKOJOHOCOBBIX
a3yX, KOJJOHM3AIUU B HUX IMTaTOT€HHOW MUKPO(IOPHI.



XPOHUYECKUH MOJUIIO3HO-TUIICPIIACTUYCCKUN (B T.4. IIOJIMIIO3HO-THOMHBIN )
pruHOCHHYCUT (XPC) sBisieTcss HanOOJEEe Y4aCThIM ITOPAKEHUEM JIOP-OPTraHOB Y
NAlMCHTOB C MYKOBHUCIIHI030M.

Pucynok 2. KT-CHUMOK manueHTa ¢ XpOHUYECKUM
[OJIMIO3HO-TUIIEPIIIIACTUYECKUM PUHOCHHYCUTOM Ha (POHE
MYKOBHUCIIM103a



s manueHToB ¢ XPC Ha ¢pone MB xapakTepHbI:

- HAJINYME OYE€Hb BA3KOI'O CIU3UCTOrO (CIN3UCTO-THOMHOIO) OTACIISIEMOTO;
-ne(opMaIiy JIMICBOTO CKeneTa (IIpY MO3IHEH ITIOCTAHOBKE JUArHo3a U JICYCHUN) —
TUIIEPTEIOPU3M, PACIIUPEHUE IIEPEHOCHS, IPOITO3 (MJIM SK30(PTAIbM) BCICACTBUE

«arpeCCUBHOIr0» MOJMUIIO3HOIO MPOIECCa B KIIETKAaX PEIICTYaTOroO
1a0UPHUHTA;

-BbIOYXaHME JIaTCPATbHON CTEHKH ITOJIOCTH HOCA.

PucyHnok 3. [lanueHnT ¢ knuHudeckuMHu TposBiaceHusIMu XPC Ha poHe
MYKOBHUCIIHI03a



IHeap.

IIpoBeCTH OLIEHKY CTPYKTYPhI 3a00JIEBAEMOCTH XPOHUYECCKUM PHHOCHHYCHTOM Y
IETEeN ¢ MYKOBUCLMI030M B PecimyOnuke bemapycs.

MartepuaJibl 1 METOABI.

Hamu nOpoBOAMIICS aHAIW3 aKTyadbHOM MEIWIIMHCKOM IJOKYMEHTAllMA M OCMOTPBHI
MAIIMEHTOB, KOTOPbIC HAOIIOJAINCh W IIPOXOAWIM JICUeHHE B PecnyOIMKaHCKOM LICHTPE

NETCKOM MYJIbMOHOJIOTHM B MyKOBHCIIMI03a Ha 0aze Y3 «3-a I JIKb» . Muncka B 2021-
2025rT.



OcMoOTp manueHTa

1 CoOop anamHe3a

OAPOOHBIN coop Kanoo
nanyeHTa

(B TOM YHCJE CO CJIOB 3aKOHHOTIO
IPEACTABUTEIIS peOCHKA),
aHaMHE3  JKU3HH, aHaMHE3
3a00JICBAaHUSA

OKOJIOHOCOBBIX  Ia3yx

- IIOJIOCTH HOCA
Pucynok 4. OcMoTp peOEHKa
N3o00paxxenue crenepupoBano M.

Hocut nimrocTparuBHBIM XapaKTeD.

2 OO0ObeKTHBHBIN OCMOTP

O0OBbCKTUBHBIM OCMOTp C
NETAJILHOU OIIEHKOM COCTOSIHHSI
JIOp-OpTraHoOB

3 JlonoJIHUTEeIbHbIE METOAbI

OlLlCHKA JAHHBIX KOMIBIOTEPHOM TOMOIrpaduu
(OHII) wam  JgaHHBIX

pEHTreHOorpadpuu OHII, TUMIIAHOMETPHS,
ayTuOMETPHS, Ma30K Ha daopy H
AHTUOAKTEPHUATIBbHYIO 4yBCTBUTEIBHOCTH u3



Crpykrypa 3a0o0eBaemoctu MB B Pb (merckoe HaceieHue)

[Io nmaHHBIM peecTpa PecnyONIMKaHCKOro LEHTpa ACTCKOM ITYJIbMOHOJIOTMH M MYKOBHCILHMI03a Ha siHBaph 2025 roga Ha
y4€TE IO MYKOBUCIIUA03Y COCTOUT 156 manneHToB B Bo3pacTe 10 18 JeT.

PervoH

MWHCK

Butebckasa obnactb
Bpectckas obnactb
Fomenbckasn obnacTb
MunHcKas obnactb
Morunnésckas 06n1actb

[poaHeHCKas 0bnacTb

Konnyecteo nayumeHTOB

35

28

24

20

18

16

15

HaTtBuns
Poccusa
N BuTtebckas
NTBA
MpoueHT obnactb
17,9%
22,4%
17,9%
0
15,4% 11&5 Yo __
e MorwvnéBckas
12,8% rpoaHeHCckas Ve obnactb 1 o
obnactb 06/1aCTh 0,3 Yo
11,5% 9 6‘7
9 o 0
MonbLia 22,4 /0
10,3%
9,6% bpecTtckasn FoMenLCkas

A 15,4% 12,8% obnactb

YKpaunHa

Pucynok 4. PernonanbHO€ pacnpenaeiacHue 3adoneBaemoctu MB cpenm nereit B Pb



Crpykrypa 3a0o01eBaemoctu MB B Pb (merckoe HaceieHue)

Cpeam Bcex IMalMeHTOB AETCKOTO BO3pacTa, COCTOSIIMX Ha Y4ETE B PecimyOImKanCKoM LEHTPE
NECTCKOX MYJIbMOHOJIOTUH U MyKOBUCIIHA03a 81 Manpuuk (51,9%), 75 neBouek (48%).

CpenHui BO3pacT IMalMEHTOB B UCCIECAYEMOH I'pymIie coctaBui 9,4 roaa.

B MuageHusl (4o 1 roga)

B PanHuii getckuii Bo3pact (1-3 roga)
JlomkonpHBINA BO3pacT (3-6 ner)

B Miagmui mKoabHbIM Bo3pact (7-10
JIET)

® [TogpocTkoBbIi Bo3pacT (11-14 mer)

FOHomeckui Bo3pacrt (15-17 ner)




Crpykrypa 3a0o01eBaemoctu MB B Pb (merckoe HaceieHue)

CpenHur BO3pACT IIEPBOIO0 PEHITCHOJOTMYECKOIO HMCCIICIOBAHMS OKOJOHOCOBBIX
rmasyx
COCTaBHII 3,5 JIeT.

Y a0CoNOTHOrO OOJBIIMHCTBA MHAIUEHTOB C MYKOBHMCIHOA030M OBLIM BbISBIICHBI
IpU3HAKK CUHYCHUTA IIPU IEPBOM PEHTICHOJIOTMUECKOUCCIICIOBAHMU.



Crpykrypa 3a00eBaemoctd MB B Pb (merckoe Hace/ienue)

[Tarmentsr ¢ XPC ¢ moAMnosHeM mpoueccom

30.2%

[TarenTtsr ¢ XPC 663 MOANMIIO3HOTO Mporiecca

AanHbIe 110 T'. MuHCK™
69.8%



BBIBOABI

YuuThiBass pacOpOCTPAHEHHOCTh IIATOJOTMM OKOJOHOCOBBIX IT1a3yX Yy ITAIIMEHTOB C
MYKOBHUCIHI030M, SIBIISICTCS aKTyaJbHBIM H3YyYCHHE KIIMHUYECKHX, OMOXMMHUYECKUX,
TUCTOJIOTUYECKUX M TEHETUYECKHX OCOOCHHOCTEW TEYCHHUS I1aTOJIOTHYECKOTO
IpoIeCcCa B OKOJIOHOCOBBIX Ma3yXax y 3TOM I'PyMIIbl AlEHTOB.

[IpyHrMas BO BHUMAaHHUE (DAKT YBEIUYCHUS OPOAOLKATEILHOCTH KU3HU HAIIEHTOB C
MYKOBHUCIIAI030M, COXPAHAECT aKTYaJIbHOCTHh YCOBEPIIICHCTBOBAHUE METOHOB JICUCHUA
M BTOPUYHOM MEIMIMHCKON HNPOMUIAKTAKH XPOHHUYECKOIO0 PUHOCHUHYCHTA ¥
IMAIIMEHTOB C MYKOBHUCIIUIO30M.



baarogapum 3a BHUMaHHe!

Kyp6acoBa [1.M., accucteHT Kadeapbl oTopuHoNnapuHronorum ¢ kypcom MKull brMy

kurbasova.daria@gmail.com

3atonokKa N.A., npod. Kapeapbl oTopuHonapuHronornm ¢ Kypcom NMKull brMy, a.m.H., goueHt
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